Lesson of the Week
Hirschsprung's disease as a cause of chronic constipation in the elderly
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Several large series of congenital megacolon have been described in infants.' Severe cases do not survive infancy without surgery, but milder forms may remain undetected and present only in adult life,2 occasionally as a cause of chronic constipation. The number of histologically proved adult cases is small, and we describe here what is probably the oldest patient so far reported.
Case report
A 74 year old man was admitted for investigation of an abdominal mass, constipation, and weight loss. He gave a history of difficulty in defecation and abdominal distension since birth, and he had always had to use laxatives and enemas. Apart from this he had been healthy, moving his bowels with difficulty two or three times a week.
On examination, he was a thin man of average height in good general condition. His abdomen was distended with visibly dilated bowel and palpable stercoral masses. The rectum was of normal calibre and contained hard faecal pellets. Radiological examination confirmed a grossly dilated colon with faecal residues on plain radiographs and a barium follow through confirmed faecal obstruction of the colon. The mediastinum was shifted to the right. The possibility of adult Hirschsprung's disease was raised.
No spontaneous bowel action occurred, and enemas were administered to ease evacuation. Good results were obtained, but four days after admission he complained of sudden severe generalised abdominal Hirschsprung's disease should be considered in cases of chronic constipation, irrespective of the patient's age pain and presented obvious signs of a perforated viscus. An emergency laparotomy was carried out. The whole of the colon was enormously dilated (figure) and thickened above a rectum of apparently normal calibre. The sigmoid loop lay under the left hemidiaphragm and had a stercoral perforation at its apex. At several points in the left and right colon longitudinal splitting of the muscle coats had occurred.
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Sigmoid loop of colon presenting through incision.
The rectum was divided 5 cm distal to the rectosigmoid junction through apparently normal bowel and a total colectomy with a Hartmann's procedure carried out. Histological examination confirmed the absence of ganglion cells and abnormal collections of unmedullated nerve trunks in the distal 35 mm of rectum, the rest of the colon being normal. His immediate postoperative recovery was complicated by cardiorespiratory instability resulting from return of the mediastinum to its normal position. After 24 hours' ventilation, however, he made an uneventful and complete recovery. At review a year after surgery he remained extremely well. His comment on his ileostomy was "I don't know why I didn't have this done 50 years ago."
Comment
Hirschsprung described the condition of congenital megacolon in 1888,3 but the true cause of the condition was obscure until Tittel described degenerate ganglion cells in the segment of bowel distal to the megacolon.4 This enabled true aganglionosis to be distinguished from other causes of acquired megacolon. Although originally recognised in children, it was suggested that mild cases of Hirschsprung's disease might survive to adult life. Several adult series have been reported where elective surgery has been carried out for longstanding constipation.2 4 Many of the reported cases are in their second or third decade and it seems exceptional for patients to present over 50 years of age. Maglietta described a 69 year old woman with evidence of aganglionosis,5 but the patient died before surgery could be performed.
The case we report here showed many of the features of adult Hirschsprung's disease, including stercoral perforation" and respiratory failure,7 and is, we believe, the oldest case so far recorded. In cases of severe constipation Hirschsprung's disease should be considered irrespective of the patient's age and can be confirmed by elective full thickness rectal biopsy.
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